ABSTRACT Cardiopulmonary function was evaluated in 21 patients with fibrodysplasia ossificans progressiva. Neither cardiac enlargement nor failure was observed, but six patients had abnormal electrocardiograms. All had marked restrictive spirometry because ofchest wall fixation and depended upon diaphragmatic respiration. The severity ofchest restriction was independent ofsex, age, duration of disease, and extent of other physical disability. Progression to chronic respiratory failure was not observed. Chest infection in the presence of diminished pulmonary reserve is the major hazard to life in this rare disease and prophylactic measures should be considered.
Fibrodysplasia ossificans progressiva (FOP, syn myositis ossificans progressiva) is a rare inherited disorder of connective tissue in which there is progressive ossification in voluntary muscles and ligaments in association with characteristic skeletal malformations.' It was first reported in 1692 by Guy Patin2 and 470 cases had been reported from all ethnic groups by 1976.3 There have been several excellent reviews of the voluminous literature of this subjectl [4] [5] [6] but, because of its rarity, most authors have studied only one or two patients with the disease. It is inherited as an autosomal dominant disorder. However, patients rarely reproduce because of physical handicap and thus virtually all cases are fresh mutations with a negative family history.1 7 8 The mechanism by which this abnormal gene produces its effects is unknown and therapy has been largely empirical and not of proven value. 6 Characteristic digital anomalies are present in virtually all patients with FOP.6 9 Most commonly the big toes are shortened with or without valgus deviation and radiographs reveal deformity of the first metatarsals and a single phalanx in each big toe (figs 1, 2). Changes in the hands are less frequent and include short first metacarpals and incurving of the fifth digits (fig 3) . These anomalies are present at birth and provide important, though often overlooked, diagnostic clues.6 Extraskeletal bone formation usually presents as a series of localised swellings in the muscles of the neck or back (fig 4) . This is usually evident by 10 years, but may occasionally be delayed until adult life.5 Axial musculature bears the brunt of the disease and limb involvement tends to be restricted to their proximal parts.5 The disease progresses erratically with periods of apparent inactivity of up to several years but severe physical disability is the rule: the end result being a literal "stone man".
The diaphragm never ossifies in FOP but ankylosis of the costovertebral joints with chest wall fixation is the major prognostic factor.1 6 
